Background: Juvenile myoclonic epilepsy (JME) is an idiopathic generalized epilepsy (IGE) with complex inheritance. Previous studies have suggested maternal inheritance and female excess in IGEs but have not been specific for JME. We investigated evidence for maternal inheritance, female excess and patterns of familial seizure risk in a well-characterized sample of JME families. Methods: We ascertained 89 families through a JME proband and 50 families through a non-JME IGE proband. JME families were divided into those with and without evidence of linkage to the EJM1 susceptibility locus on chromosome 6. We analyzed transmission in 43 multigenerational families, calculated the adjusted sex ratio for JME, and looked for evidence of seizure specific risk in 806 family members. Results: We found evidence for preferential maternal transmission in both EJM1-linked and unlinked families (2.7:1), evidence even more marked when potential selection factors were excluded. The adjusted female: male risk ratio was very high in JME (RRZ12.5; 95% CI: 1.9-83.7). Absence seizures in JME probands increased the overall risk of seizures in first degree relatives (15.8% vs. 7.0%, PZ0.011), as well as first-degree relatives' specific risk of absence seizures (6% vs. 1.6%, PZ0.01), but not myoclonic seizures. Conclusions: We have confirmed the finding of maternal inheritance in JME, which is not restricted to JME families linked to the EJM1 locus. The striking female excess in JME may relate to anatomical and/or endocrine sexual dimorphism in the brain. Evidence for independent inheritance of absence and myoclonic seizures in JME families reinforces a model in which combinations of loci confer susceptibility to the component seizure types of IGE. q
Introduction
The idiopathic generalized epilepsies (IGEs) constitute a heterogeneous, clinically classified group of seizure disorders that are likely genetic in origin. Juvenile myoclonic epilepsy (JME) is the one of the most intensively studied forms of epilepsy [1] . Identification of genes and genetic loci for JME [2] [3] [4] [5] [6] [7] has been guided and greatly facilitated by concentrating on phenotypic details. For example, by analyzing JME and non-JME forms of IGE Brain & Development 28 (2006) 
